Introduction
Peutz-Jeghers syndrome (PJS) is characterized by: (i) autosomal dominant inheritance; (ii) cutaneous pigmentation; (iii) gastro-intestinal polyposis. In all, more than 300 cases have been described with a world-wide distribution and no racial predilection.
In 1921 Physical examination showed typical peri-oral pigmentation (Fig. 1) (Fig. 3) . Examination of the small bowel disclosed 2 polyps in the ileum and these were removed (Fig. 4) Polyps in PJS are typically multiple. They occur mainly in the gastrointestinal tract, although adenomas have been described in the ureter (Sommerhaug and Mason, 1970) and in the bladder, renal pelvis, bronchus and nasal passages (Dormandy, 1957; Dodds et al, 1971) . The small bowel is involved in more than 95 % of patients, the colon in approximately 30% and the stomach in about 25%. Polyps may arise in the appendix and rarely in the oesophagus (Andre, Duhamel and Bruaire, 1966 malignancy remains uncertain. Carcinoma of the small bowel, the main site of polyposis, is rare and malignant change occurs more commonly in the colon, stomach or duodenum (Dozois et al., 1969; Payson and Moumgis 1967; Williams and Knudsen, 1965) . Female patients with PJS may develop ovarian tumours many of which are malignant (Dozois et al., 1970) .
Although the small bowel polyps were once considered pre-malignant adenomatous lesions, they are now regarded as benign hamartomas. The histological findings are characteristic; hamartomas have an excess of normal epithelium which covers strands of smooth muscle. Gastric and duodenal polyps also show hamartomatous features. Colonic polyps, however, are mainly adenomatous (Morson, 1962) 
